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INTRODUCTION
The complete clinical spectrum of IgG4-related disease remains to be determined following its relatively recent recognition as a distinct entity. It typically causes painless swelling and can affect either one organ in isolation or multiple organs [1 2] .
Fever, malaise, sweats and weight loss occur less commonly. Here, we present the case of a gentleman with both intra-and extra-cranial manifestations of IgG4-related disease with spread of the disease via the skull base foramina.
Case Report
A 46-year-old right-handed construction worker presented with a 12-month history of fatigue, weight loss (25kg), headache, right-sided facial numbness and diplopia on gaze to the right. On examination, there was right-sided trigeminal sensory impairment (Va/b/c), partial right sixth nerve palsy and right-sided tongue wasting.
Peripheral blood markers of inflammation were elevated. Screening for immunodeficiency and mycobacterial infection was negative. Chest x-ray and chest, abdomen and pelvis CT were normal. Riedel's thyroiditis [5] . Whilst the full spectrum of the clinical phenotype remains undetermined, characteristic histopathological findings have been described in almost every organ [1 6 7] . In the CNS, lepto-and pachymeningitis as well as hypophysitis, pseudotumours and cranial neuropathy are recognized manifestations but involvement of brain parenchyma is rare [8 9] . A single case report has previously documented intra-cranial extension of disease via the foramen ovale along the trigeminal nerve [10] .
The finding of an elevated serum IgG4 concentration is supportive of IgG4-RD but is not a constant finding [2] and whether IgG4, a relatively weak activator of effector cells, is pathogenic is uncertain [11] .
In the head and neck, hypointense T2 lesions on MR are typical and enhancement with gadolinium may occur [12] . 11C-methionine (MET) positron emission tomography (PET) may be superior to 18F-fluorodeoxy-glucose (FDG) PET for the detection of CNS disease. [13] Nonetheless, with the possible exception of autoimmune pancreatitis [14] , the radiological features are not pathognomonic and cannot reliably differentiate IgG4-RD from other inflammatory, multi-organ diseases such as Wegener's granulomatosis and Sjogren's syndrome.
The diagnosis of IgG4-RD therefore relies on histology -consensus diagnostic criteria are based on morphological appearances including presence of a dense lymphoplasmacytoid infiltrate, fibrosis (usually storiform) and obliterative phlebitis [15] . An eosinophilic infiltrate may occur but is not a prerequisite for the diagnosis.
IgG4-RD typically responds to treatment with glucocorticoids but steroid-sparing agents such as azathioprine, methotrexate or mycophenolate mofetil may be required to reduce the risk of relapse with steroid withdrawal [6] . Successful treatment of CNS IgG4-RD with rituximab has also been reported [8] .
We present a case of IgG4-RD with contiguity of intra-and extra-cranial disease via 
